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IgG4-related disease with multi-organ disorders
Kazuhiko HIGASHIOKA*, Kenji YOSHIDA, Kensuke ORYOJI, Kazuo KAMADA,
Shin-ichi MIZUKI and Eisuke YOKOTA
*Division of Rheumatology, Matsuyama Red Cross Hospital
IgG4-related disease is a recently recognized autoimmune systemic disorder that has been
described in various organs. The disease is characterized histologically by dense infiltration of
IgG4-positive cells and fibrosis. A64-year-old man presented at our hospital with fatigue and
swelling of the submandibular glands. He was suspected of having SLE by the presence of
strongly positive antinuclear antibody, bicytopenia and hypocomplementemia in his laboratory
data. However, the laboratory data also showed high levels of serum IgG4. Imaging studies
revealed multiple organ involvements, consistent with IgG4-related disease. Immunohistochemical
staining revealed numerous IgG4 positive cells in the kidney and inguinal lymph node. We
diagnosed the patient with IgG4-related disease and started his therapy by administering
prednisolone. He responded promptly to prednisolone therapy. His clinical, serological and
imaging findings showed marked improvements in each organ. This case was a rare and unique
one showing involvement of as much as8organs. To our knowledge, few cases have multi-organ
involvements to the degree which this case reported. Therefore, we should consider IgG4-related
disease as differential diagnosis when we see systemic diseases like this case.
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